PHACES syndrome stands for posterior fossa malformations-hemangiomaarterial anomalies-cardiac defects-eye abnormalities-sternal cleft all together known as "PHACES syndrome." It is a rare cutaneous condition characterized by multiple congenital abnormalities. It affects girls nine times more often than boys. A 3-year-old girl presented with hemangioma of the face, palate, lips, and eyelids and developmental delay associated with seizure episodes. In the ocular examination, congenital cataract, choroidal coloboma, and optic disc hypoplasia were seen. Systemically, there were sternal cleft, ventricular septal defect, and posterior fossa arachnoid cyst and central nervous system vascular abnormalities. Diagnosis was made from systemic examination and ocular examination along with imaging study of the head and chest. PHACES syndrome needs to be managed by a multidisciplinary team of experts such as cardiologist, ophthalmologist, neurologist, and neurosurgeon. Every child with PHACES syndrome should be evaluated for glaucoma and associated pituitary function at each visit.
Introduction
P HACES syndrome is the association between large infantile hemangioma, usually of the face, and birth defects of the brain, heart, eyes, skin, and arteries. The association of anomalies and the PHACES acronym was first coined by Dr. Vali Reese and Dr. Ilona Frieden as a cutaneous condition characterized by is a cutaneous condition characterized by posterior fossa malformations-hemangioma-arterial anomaliescardiac defects-eye abnormalities-sternal cleft and supraumbilical raphe. [1] PHACES syndrome is rare and affects girls nine times more often than boys. Hemangiomas associated with PHACES syndrome are usually small or not visible at birth but are easier to see during the during the upcoming weeks. Hemangioma linked with PHACES syndrome tends to cover a large area of the face, head, or neck, either as one lesion or as many single lesions. [2] The main concern of PHACES syndrome is its association with complications -seizure disorder, loss of sight, hearing defect, bleeding from ulceration, and cardiac complications. PHACE (S) syndrome is a clinical diagnosis, and there is no known cause of it. [3] The relationship of abnormalities found and the palate [ Figure 4 ]. Considering the possibility of PHACES syndrome and its association with glaucoma, she was examined under general anesthesia. Her intraocular pressure was 14 mmHg in both the eyes, and corneal diameter was 10.7 mm vertically and 11.6 mm horizontally, which were normal. There was congenital cataract [ Figure 5 ], and fundus examination showed choroidal coloboma [ Figure 6 ] with optic disc hypoplasia in the right eye. The left eye was found normal. Refraction under atropine ointment showed 0.25 DC *90° in the right eye and 0.25 DS in the left eye. She was then referred to a pediatrician for further evaluation. On systemic examination, her height was 8.5 cm and weight was 10 kg and she had a parasternal systolic murmur with sternal depression [ Figure 7 ]. A diagnosis of PHACES syndrome was made and advised for magnetic resonance imaging (MRI) brain, echocardiography, and chest X-ray. On two-dimensional echocardiography, there was presence of ventricular septal defect [ Figure 8 ]. No coarctation of the aorta was present. MRI brain showed posterior fossa arachnoid cyst [ Figure 9 ] measuring 2.9 cm × 2.1 cm × 1.5 cm at the right cerebellar area displacing the fourth ventricle with dilated tortuous vessels on MRI angiography [ Figure 10 ]. Her chest X-ray was found normal [ Figure 11 ]. Complete hemogram showed Hb -10 gm%, erythrocyte sedimentation rate -18 mm/h, sugar (F) -112 mg/dl, urea -26 mg/dl, and creatinine -1 mg/dl, and routine urine microscopy was found normal. She underwent cataract surgery with lens implantation, but on follow-up, there was no visual improvement with refraction in the right eye. Oral propranolol (0.5 mg/kg/day) was started by a pediatric cardiologist to treat hemangioma and referred to a pediatric neurosurgeon for further management.
Discussion
Posterior fossa anomalies (P), hemangioma (H), arterial anomalies (A), cardiac abnormalities and coarctation of the aorta (C), and eye abnormalities (E) all together are known as PHACE syndrome. Boulinguez et al. added the sternal cleft (S) to this acronym and changed the name to PHACES syndrome. [4] Most reported cases were sporadic, but mutations in the X-linked genes were proposed to cause this syndrome in some patients. [2] The diagnosis of the PHACES syndrome is based on the presence of a facial hemangioma with the area of >5 cm 2 plus one major or two minor criteria. [5] Among ocular manifestations, the posterior Approximately one-third of the PHACES syndrome cases have eye involvements. [5] In a recent study on 23 cases of PHACES syndrome, 14% of the cases showed ocular involvement. Posterior segment abnormalities include morning glory disc anomaly, persistent fetal vasculature, peripapillary staphyloma, retinal vascular anomalies, optic nerve hypoplasia and atrophy, choroidal hemangioma, and chorioretinal coloboma. [5] Anterior segment abnormalities include cataract, microphthalmia, conjunctival hemangioma, posterior embryotoxon, corneal opacity, sclerocornea, iris coloboma, iris heterochromia, iris hypoplasia, and iris vessel hypertrophy. Other miscellaneous ocular abnormalities are congenital glaucoma, cryptophthalmos, proptosis, Horner syndrome, congenital third or fourth nerve palsies, strabismus, and ptosis. [5] Therefore, the presence of large facial hemangioma, along with posterior fossa arachnoid cyst, central nervous system vascular abnormalities, ventricular septal defect, cataract, conjunctival hemangioma, and chorioretinal coloboma in this patient confirmed the diagnosis of PHACES syndrome. Bleeding with ulceration, seizure disorder, and cardiac complications are the most common complication associated with PHACES syndrome. [6] In our patient, there were seizure episodes and cardiac problems. No bleeding history was present. In 1999, Coats et al. reported a case with PHACE syndrome and congenital glaucoma. [7] Unlike their report, in our case, the congenital glaucoma was not found. Propranolol, intralesional and oral steroid, interferon-α2a, aminocaproic acid, and partial resection [7] were used to treat facial hemangioma in the literature. Thus, the initiation of this drug (propranolol) in our patient was logical. Hypogonadotropic hypogonadism, secondary adrenal insufficiency, central hypothyroidism, and absolute growth hormone deficiency all are associated with PHACES syndrome. [8] One possible explanation for the acquired hypopituitarism is that the arachnoidal cyst located in the area of the sella may have caused chronic pressure on the adenohypophysis, leading to a progressive loss of function. As reported in the literature, intracranial cysts can cause a wide spectrum of endocrine insufficiencies. [9] 
Conclusion
Patients with large facial hemangioma must be evaluated for other manifestations of the PHACES syndrome, including eye diseases. In addition, the clinicians must be aware of the probable association between this syndrome and congenital glaucoma and perform the glaucoma workup for each patient with this syndrome. We also conclude that screening of pituitary functions in patients with PHACES syndrome and intracranial malformations is recommended both at diagnosis and during follow-ups. We suggest yearly follow-up with anthropometric measurements, clinical assessment of pubertal development, and laboratory evaluations of laboratory evaluation of thyroid function, adrenocorticotropic hormone and cortisol estimation and cortisol.
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